47,XXX. Very few cases have been reported in the literature. The first two were found in Germany by Rosenkranz (1965) , and were the only children with chromosomal abnormality in the 28 offspring of nine trisomy X females (Carr, 1969) . To the authors' knowledge, the only other two cases of Klinefelter's syndrome with a trisomy mother were reported by Baikie, Dartnell, and Lickiss (1972) and Geisler, Svejcar, and Degenhardt (1972) . Theoretically, half of the children of fertile 47,XXX females should be either 47,XXY males or 47,XXX females. This genetic expectation is not borne out in surveying the available literature on children of 47,XXX females (Bartalos and Baramki, 1967; Court Brown, 1969; Reisman and Matheny, 1969) or on mothers of 47,XXY males (Nielsen, 1969; Nielsen et al, 1969) . Most of the speculation concerning this rarely observed condition attempts to explain why the 50% expected rate is not met (Bartalos and Baramki, 1967; Reisman and Matheny, 1969) . It has been suggested that an XX ovum is lethal, which seems unlikely. The more likely explanation would seem to involve a preferential segregation in which the secondary oocyte containing XX becomes a polar body during the disjunction process in meiosis I. In the present case, the aetiology of the extra X chromosome is unclear. The extra X chromosome in the male proband (XXY) could have come from an XX bearing egg produced by disjunctional separation of the three Xs or by non-disjunction of two of the synapsized Xs during meiosis or from a XY bearing sperm produced by non-disjunction of the sex chromosomes in spermatogenic meioses. The propositus is a 25-year-old-single white male, a sociopath with drug abuse, whose biological father is deceased. His 26-year-old full sister and 18-year-old stepbrother are normal. There is no outstanding history of illness in the family, other than the mother's 46,XX/47,XXX mosaicism. The available data do not allow the determination of the aetiology of Klinefelter's syndrome in this patient; we merely wish to put this case on record with the few other reported cases in the literature.
Yours Skinner and Irvine (1973) conclude that the association of Hirschsprung's disease and congenital deafness would be expected to occur purely by chance in about one in every five million births. An attempt was made to assess the frequency of the association by surveying the caseload of Hirschprung's disease known to the British Columbia Registry for Handicapped Children over the years 1964-72, inclusive. The Registry has multiple sources of ascertainment (Lowry et al, 1971) and it is recognized that the time of ascertainment of deafness will be considerably delayed as compared to the ascertainment of Hirschsprung's disease. Hence the cohorts who are born in the last two years of the study period in question may very well contain cases of deafness; however, those cases born in 1971 or earlier would be expected to have been ascertained if deafness was present. It is of interest to record that the incidence (1 in 4700 livebirths) in British Columbia is almost exactly equal to that in Cincinnati and Denmark (Passarge, 1967) . From a total caseload of 66, there are two cases of Hirschsprung's disease associated with Down's syndrome, one with trisomy 16, one with X/XX/XXX mosaicism, and another with the Smith-Lemli-Opitz syndrome (Lowry, Miller, and MacLean, 1968 
